Family History H B was a dizygotic twin, his brother dying at the age of 16 with peritonitis. This brother had no symptoms suggestive of early spondylitis or ulcerative colitis. D B was also a dizygotic twin; his brother is still alive and has no symptoms of ankylosing spondylitis or ulcerative colitis.
The youngest sister suffered from ulcerative colitis and died aged 30 in childbirth. She had one son who is now aged 16 and he has no symptoms suggestive of ankylosing spondylitis or ulcerative colitis.
The father, who died in 1926 aged 48, was known to suffer from intermittent episodes of bloody diarrhoea; this was attributed at the time to hemorrhoids, but in retrospect it was probably ulcerative colitis.
The mother is still alive and has 3 sisters and 4 brothers none of whom have overt ankylosing spondylitis.
Discussion
The familial aggregation of cases of ankylosing spondylitis is well documented. De Blecourt et al. (1961) , in a study of 7,405 relatives of 100 probands with ankylosing spondylitis, 100 probands with rheumatoid arthritis and 100 controls, found that relatives of spondylitics were 22-6 times more likely to have the disease than controls. But relatives of patients with rheumatoid arthritis were only 2-8 times more likely to have rheumatoid arthritis, one of the reasons for considering these two diseases as separate etiological entities. Hersh et al. (1950) estimated the overall incidence of ankylosing spondylitis in the adult population at 1:2,000. He suggested that it was inherited as an autosomal dominant with 70% penetrance in males and 10 % in females. He also made the interesting observation that in families with an affected woman there is almost 100% penetrance in both sexes, especially if the mother is affected. Emery & Lawrence (1967) disagreed with the idea of an incomplete autosomal inheritance as only 4% of their series of first-degree relatives of probands had ankylosing spondylitis themselves. They suggested a polygenic inheritance. Their estimated relative importance of the heritable component was 70%. Also of interest was their finding of asymptomatic sacroiliitis in 12% of relatives of patients with ankylosing spondylitis, thus posing the question of what factors are responsible for progression to an overt ankylosing spondylitis. Moesmann (1960) , in a report on 2 sets of monozygotic twins and a review of 9 other sets, found a concordance rate of 67 %, closely agreeing with Emery & Lawrence's (1967) estimate of a 70% heritable component. However, a discordance rate of 33 % suggests the involvement of an important nonhereditary factor. Possible clues to the nature of this factor may be found in the association of ankylosing spondylitis with ulcerative colitis, Crohn's disease, psoriasis and Reiter's syndrome. Acheson (1960) in a study of 2,320 patients with a diagnosis of either ulcerative colitis or Crohn's disease, found ankylosing spondylitis twenty times more common than in a control group. Jayson & Bouchier (1968) found that out of 33 patients with ankylosing spondylitis 6 had colitis on sigmoidoscopy and of these 3 were asymptomatic. Fletcher & Rose (1955) found a threefold incidence of spondylitis in patients with psoriasis compared with the general population and Baker et al. (1963) , in a study of 60 patients with psoriatic arthropathy, found sacroiliitis in 28% and ankylosing spondylitis in 10%.
In the family described, the occurrence of ankylosing spondylitis in 3 brothers, the presence of psoriasis in 2 of these and the familial association with ulcerative colitis suggest at least three possible etiological factors as being of importance: (1) An inherited predisposition toward a group of diseases with a considerable variation in clinical expression. (2) A common environmental agent. (3) A related disease mechanism (infection, metabolic, autoimmune).
Relapsing Polychondritis R A C Hughes MRCP, N Curry MRCS LRCP and M H Lessof MD FRCP (Guy's Hospital, London SE])
Mr W L, aged 46 Developed recurrent inflammation of the nasal cartilages from the ages of 29 to 39, eventually producing a saddle-nose appearance. During the next four years he had similar inflammation of his ear cartilages, and also vertigo, deafness, sore throats, episcleritis and low back pain. In 1968, at the age of 44, he developed fever and later aortic regurgitation with first-degree heart block. Blood cultures were negative, and there was no response to antibiotics but a prompt fall in temperature on prednisolone. Severe left ventricular failure necessitated an emergency aortic valve replacement on January 20 1969 (Mr B A Ross). The aortic ring was dilated and the valve appeared to have given way.
Since the operation he has had no cardiac problem apart from a persistent sinus tachycardia with a prolonged P-R interval and occasional dropped beats due to second-degree heart block. Because of a lifelong history of nocturia, dysuria and hesitancy, and the cystoscopic finding of a trabeculated bladder, he underwent a transurethral resection of the prostate in June 1969. He has been treated with methylprednisolone 8 mg daily and azathioprine 100 mg daily. His course has been complicated by recurrent sepsis, hyperglycemia, osteoporotic wedging of the lumbar vertebra and persistent periodic fever. On examination: Thin, with wasted limbs; cushingoid hyperpigmented facies. Nose soft with characteristic saddle shape (Fig 1) ; pinnae flabby and misshapen. The Starr-Edwards valve sounds are clearly audible. Investigations: Hb 10-6 g/100 ml. ESR (Westergren) 57 mm in 1 hour. WR, blood cultures and antinuclear factor negative. Prostatic fluid: clumps of pus cells. Prostate histology: hyperplasia and chronic inflammation. collagen and prominent perivascular lymphocytic infiltration; the media was moderately thinned with its elastic and smooth muscle fibres replaced by collagen (Fig 2) . The valve cusp was moderately thickened and hypervascular but without evidence of endocarditis. Diagnosis: Relapsing polychondritis.
Discussion
Our case presented most of the classical features of relapsing polychondritis, with inflammation of the ear and nasal cartilage, fever, laryngotracheitis, episcleritis and deafness. Aortic regurgitation, which nearly killed our patient, has only recently been recognized as part of the syndrome (Pearson et al. 1969) . It occurred in 10 of 74 published cases including the present patient (Baum 1962 , Marquis et al. 1968 , Hainer & Hamilton 1969 , Alexander et al. 1970 ). This frequency suggests that aortic ring lesions are a relatively common accompaniment of relapsing polychondritis compared with other collagen disorders. Chronic prostatitis or urethritis, although present in our patient, is unusual. Nonspecific urethritis has been reported in only 2 previous cases (Middleton 1962 , Goldwater 1963 . Nevertheless, these examples suggest that relapsing polychondritis may overlap with Reiter's disease, as it sometimes does with rheumatoid arthritis, Sjogren's syndrome, systemic lupus erythematosus and ulcerative colitis (Dolan et al. 1966, 25 665 I1:
-.t Rosen et al. 1969 , Reefe & Sierra 1970 . Relapsing polychondritis appears to be no more specific a syndrome than any of the other collagen disorders. It is a sufficiently rare condition to make diagnosis difficult. Indeed some cases have defied diagnosis even at the time of publication and have been labelled as unclassified variants of systemic sclerosis (Middleton 1962) , or as idiopathic medial aortopathy (Marquis et al. 1968 ). This is unfortunate because aortic regurgitation or collapse of the cartilaginous upper airways may supervene and be rapidly fatal, while the administration of corticosteroids usually suppresses the disease and saves life.
Dr M H Lessof said that polychondritis might not be as rare as the literature suggested, for it was easily missed. At first the history of a 'blind boil in the nose' in this case had been accepted without comment; it was only when an inflammatory lesion of the left ear had been recognized as being due to chondritis that the diagnosis came to be made.
In reply to a question he said that the endocarditis had not been thought to be rickettsial, but rickettsial antibodies had been sought and not found. Onset of anorexia three months before he was due to start at a new 'adolescent' school.
Family history: Parents healthy; father postman. One other sibling aged 20. On examination (Fig 1) (low result) . Serum vitamin B12 390 pg/ml. Plasma cortisol 34 ,ug/100 ml (fasting morning). X-rays: skull, chest, barium meal and follow-through normal. Stools normal. Tine test negative. Xylol normal.
The diagnosis was based on food refusal and severe loss of weight. There was no evidence of schizophrenia, depression or organic disease. In addition he demonstrated a compliant, uncomplaining attitude which was quite striking in view of his extreme emaciation but is often seen in anorexia nervosa.
Anorexia nervosa can occur in males but is ten to twenty times commoner in females and is ........
Fig 1 Severe emaciation observed on admission

